In 1974 Boxer et al., using chemical means, demonstrated an abnormality of actin polymerization in the neutrophils of a child with abnormal phagocyte function. With an immunofluorescent technique we have confirmed an abnormality of actin distribution in our patient's neutrophils, which conforms to the pattern described in other patients with lazy leukocyte syndrome. This abnormality may relate to the poor mobility of the cells.
The T-cell subset ratio of OKT4:OKT8 cells was abnormal, although this may simply reflect a response to a chronic viral infection, as is suggested by her current clinical condition. The relevance of this to the lazy leukocyte syndrome is uncertain, as T-cell subsets have not been measured in other patients. T-cells are programmed by antigen-presenting-cells, mostly specialized monocytes with dendritic processes, and interact with the DR (=Ia in man) receptor of T-cells (the OKT4 antigen itself) to release interleukin-1 which then initiates T-cell clonal expansions. It is possible that in the lazy leukocyte syndrome inadequate dendrites form. In two other patients T-cell deficiency has already been observed and was corrected by irradiated parental cells sharing one haplotype (Hobbs & Chambers 1980) . In that the twin sister of the present patient may not have had adequately primed T-cells, we will be using irradiated leukocytes from the patient's normal brother to try and improve T-cell responses. This is the first case in which family studies have been performed, and her twin sister has an identical syndrome. It is very likely that the two children have the same abnormality as they have a defective polymorph response to exercise. As it seems unlikely that both sisters married a man carrying a gene for this condition, it appears likely to have been inherited as a Mendelian dominant. The treatment of benign intracranial hypertension is controversial. In many patients the disease is self-limiting with no permanent sequelae, but a significant minority of patients loose either visual acuity or field. Medical management has involved treatment with steroids, acetazolamide, diuretics or repeated lumbar punctures, or purely observation until remission; surgical decompression of the raised CSF pressure is usually reserved for severe cases with established visual loss. No controlled trial of any therapy has ever been performed and the efficiency of any medical treatment in this selflimiting condition is circumstantial.
References
We report a case of established benign intracranial hypertension in a young girl, where medical treatment appeared to be undesirable. She had very early signs of optic nerve damage. We elected to perform a unilateral optic nerve sheath decompression, the rationale being that this fairly simple procedure would protect one eye, leaving the other to allow the disease progress to be monitored, with the option of decompressing this optic nerve sheath at a later date if necessary. Optic nerve sheath decompression is a relatively straightforward ophthalmic procedure, similar in style to a squint operation; it therefore has advantages over the more major neurosurgical procedures usually used to relieve raised CSF pressure.
Case report
A 13-year-old Caucasian girl was first seen in March 1981 complaining of nonspecific intermittent bifrontal headaches, mainly at night, two or three times a week for 9 months.
Physical examination revealed only bilateral chronic papilloedema. There were no focal neurological signs and her weight was normal. Menarche had occurred at age 12. Menstruation and endocrine status were normal. Haematological and biochemical investigations were normal, as were skull and chest X-rays. The CT scan showed slightly small ventricles ( Figure 1 ). CSF pressure was elevated at 230 mm of CSF, but was otherwise normal. The patient was referred for an ophthalmic opinion in March 1982. Examination of her eyes at the time showed normal visual acuities of 6/6 in both eyes, hut brightness of vision was impaired in the ngnt eye. Colour vision with Ishihara plates and ocular movements were normal. Pupillary reactions to light and accommodation were normal and there was no relative afferent pupillary defect. Goldmann visual field testing showed enlarged blind spots in both eyes and constriction of the I2 isopter, more in the right than the left (Figure 2 ). There was bilateral chronic papilloedema ( Figure 3 ).
Right optic nerve sheath decompression was performed in August 1982 (DJS), using the medial orbital approach described by Galbraith & Sullivan (1973) . A Zeiss operating microscope was used. The medial rectus muscle was disinserted and the globe retracted laterally to expose the optic nerve. A 3 x 5 mm window was cut nasally in the optic nerve dural sheath, just posterior to the globe, with egress of CSF.
Twenty-four hours postoperatively the patient noticed the vision was brighter in the right eye, although the physical signs were unchanged. Headaches were less frequent. Visual acuities remained at 6/6 in both eyes. There was resolution of papilloedema in the right optic disc but the left optic disc was unchanged (Figure 4) . Comparison of Goldmann visual fields pre-and 8 weeks postoperatively showed a smaller blind spot and enlarged 12 isopter in the right eye; in the left eye the blind spot had enlarged and the I2 isopter had constricted (Figures 3 and 5 ). CSF pressure eight weeks postoperatively was unchanged at 230 mm CSF and remains elevated (250 mm CSF 23/2/83).
Discussion
Benign intracranial hypertension is a poorly understood group of disorders in which the intracranial pressure becomes raised in the absence of a space-occupying lesion. The many known associated conditions such as tetracycline therapy, middle ear disease, head injury, steroid therapy and obesity suggest that benign intracranial hypertension describes a syndrome with multiple aetiologies; typically, however, it occurs in obese young women, often with menstrual irregularities. The patient usually presents to a neurologist or ophthalmologist because of headache and often visual complaints, such as blurring or obscuration of vision. The cardinal signs are bilateral papilloedema with no focal neurological signs and elevated cerebrospinal (CSF) pressure with normal CSF cytology and biochemistry. Unilateral or bilateral 6th nerve palsies are occasionally seen as false localizing signs. In our patient the clinical diagnosis of benign intracranial hypertension was substantiated by elevated CSF pressure with no focal neurological signs and CT scans showing small lateral ventricles. The bilateral chronic papilloedema caused signs of mildly asymmetrical optic nerve damage, most marked in the right eye.
The pathogenesis of benign intracranial hypertension is unknown. Both diminished CSF absorption (Johnston & Paterson 1974 ) and cerebral oedema have been suggested (Reid et al. 1980) . As observed by Foley (1955) , in the former case the ventricles would be larger than normal, while in the latter they would be smaller. Small ventricular volumes, measured 3-dimensionally in patients with benign intracranial hypertension, and subsequent increase in ventricular volume into the normal range with clinical improvement, support the suggestion that there is cerebral oedema (Reid et al. 1981) .
Benign intracranial hypertension is generally a self-limiting condition in which signs and symptoms often resolve, with or without treatment, within 12 months of diagnosis (Johnston & Paterson 1974 , Boddie et al. 1974 ). The term 'benign' is, however, inappropriate when applied to the visual status. Irreversible optic nerve damage, with significantly impaired visual acuities and visual field loss, occurs in 8-24% of patients (Boddie et al. 1974 , Corbett et al. 1982 . Visual loss occurs from damage to the retinal axons at the optic disc and may be insidious or rapid. It can have occurred at the time of presentation or may develop several years after initial presentation. Visual acuity and field monitoring after initial presentation is, therefore, mandatory until the disease has resolved.
The aim of treatment is to forestall optic nerve damage, as prolonged raised CSF pressure does not appear to produce any other neurological damage apart from that to the optic nerves. Medical treatment includes repeated lumbar punctures, steroids, glycerol or mannitol, acetazolamide, and weight loss in obesity. Benefits are equivocal and controlled studies of various medical treatments are lacking. Surgical Figure 5 . Right and left postoperative Goldmann visual fields. In the operated right eye the blind spot has become smaller aand the 12 isopter has enlarged. In the unoperated left eye, the blind spot has enlarged and the I2 isopter has constricted an(i no cnange in papiiioeacma on icit siuc techniques include lumbar peritoneal shunting or subtemporal decompression, both of which are major neurosurgical procedures; lumbar peritoneal shunts also have a high failure rate. Optic nerve sheath decompression is probably safer and simpler and has been shown to preserve vision in papilloedema of different aetiologies (Kaye et al. 1981 , Keltner et al. 1977 . Early surgical intervention carries the surgical risks of optic nerve damage in a disease which may resolve spontaneously, whereas late intervention may allow optic atrophy with irretrievable visual loss. Serial perimetry and visual acuities help determine the necessity for intervention, but the exact timing is controversial.
The mechanism of action of optic nerve sheath decompression may be by a lowering of intracranial pressure due to CSF leak from the dural window into the orbit. Filtering fistulas have been demonstrated following optic nerve sheath decompression for papilloedema, and bilateral resolution of papilloedema following unilateral optic nerve sheath decompression has been reported (Keltner et al. 1977) , which would support CSF leak as a mechanism of action.
Our case showed unilateral resolution of papilloedema following unilateral optic nerve sheath decompression, with no postoperative fall in CSF pressure. This suggests a local decrease in pressure on the optic nerve head as the mechanism for resolution of papilloedema. Hayreh (1968) and Davidson (1969) have reported obliteration of the optic nerve dural window and adjacent subarachnoid space by fibroblasts following optic nerve sheath decompression. Such obliteration would prevent transmission of raised intracranial pressure along the subarachnoid space to the optic nerve head, and this is the probable mechanism for the resolution of papilloedema and field defects in this case. The incidence of bacterial and viral infections in patients with sarcoidosis is no greater than that in the general population. Fatal herpes simplex infection in sarcoidosis is rare. We describe a patient with pulmonary sarcoidosis who died of extensive herpes simplex infection.
Case report A 63-year-old woman was admitted with severe dyspnoea, fatigue, and muscle weakness. The shortness of breath had started 18 months previously, and initially was present only on exertion; by the time of admission, the patient was markedly dyspnoeic at rest.
Physical examination revealed a thin, alert, tachypnoeic woman, 5ft 3in (1.6 m) tall and weighing 107 lb (48.2 kg). Pulmonary second sound was loud and a grade III/VI systolic murmur was heard at the pulmonary area. Minimal interstitial infiltrate was seen on chest X-ray. Lung function tests disclosed a vital capacity of 1.44 litres (47% ofpredicted normal). The diffusing capacity for carbon monoxide was 6.0 (33% of predicted normal). An arterial blood gas study included a pH of 7.39, a Pco2 of 44 mmHg and a Po2 of 75 mmHg. On exercise, the Po2 fell from 75 to 55 mmHg. Cardiac catheterization recorded the pulmonary artery pressure of 80/42 mmHg. Multiple non-caseating granulomata consistent with the diagnosis of sarcoidosis were seen in open lung biopsy specimens (Figure 1 ). Acid-fast and fungal stains and cultures of the lung tissue revealed no organisms. Postoperatively the patient developed severe hypercapnia. Prednisone 60 mg daily was started, and she was ventilated by an MA-1 ventilator. It was thought that the co2 retention was due either to granulomatous involvement of hypothalmus or to sarcoid myopathy, or both.
The intercostal muscle biopsy specimen showed nonspecific inflammatory reaction. No granulomata were seen. Muscle enzymes were normal. The high-dose prednisone improved neither the dyspnoea nor the muscle weakness. Chlorambucil 6 mg daily was added and prednisone was slowly tapered off. After six-
